Methods The patient has been followed up for the last 24 years, from asymptomatic to full manifestation of Sorsby's fundus dystrophy.
Materials and methods

History
The patient was aged 29 years when she first attended 
Results
Clinical findings
Initial clinical examination revealed normal anterior segment, intraocular pressures and fundoscopy. The patient was then reviewed annually, with satisfactory clinical examination until 1979 when fundoscopy revealed fine drusen-like deposits scattered symmetrically over both maculae. The Farnsworth-Munsell 100-hue test was first performed at this stage giving evidence of a tritan colour defect. The patient remained asymptomatic with good visual acuity until the following year: she experienced nyctalopia which worsened over the following 14 years. However, a dark adaptation study showed a rod threshold only slightly elevated by 0.5 log units (Fig. 2) .
The changes in both maculae were slow, and by 1989 there was small but clear evidence of parafoveal chorioretinal atrophy and a few areas of peripheral retinal pigmentation. The central geographical atrophy continued to enlarge but sparing the tiny island of fovea, which retained a healthy pinkish appearance (Fig. 3) . Hamilton et alY of a family from Eire, one of the nine members examined had a similar tiny central island in the scotoma; all of his studied patients, however, were reported to have disciform maculopathy and it was unclear how long that visual field was retained.
Fundus fluorescein angiography
The first evidence of the abnormal phenotype was documented with FFA.1 9 Unfortunately, FFA was not available on our patient when drusen-like deposits were first revealed at the maculae. At the later stage of the disease, however, FFA on our patient showed all the three key features 4 ,1 9 , 20 documented ( angiographic features in acute multifocal placoid pigment epitheliopathy, it therefore may suggest that there is partial choroidal hypoperfusion selective only on the choriocapillaries. It is likely that the deposit in Bruch's membrane may be the primary pathological event, 1 9 with atrophy of the choriocapillaries occurring secondarily to impeded diffusion of the choroidal endothelial cell behaviour factor released by the retinal pigment epithelium. 14 The loss of retinal pigment epithelium and later choriocapillaries is likely to account for the loss of outer retina as a consequence.
Rod versus cone dystrophy
The prolonged and elevated dark adaptation with a reduced threshold rate of rhodopsin regeneration found in the study by Our patient has been studied with a series of scotopic and flicker ERG, standard ERG and pattern ERG. Progressively abnormal responses to scotopic stimuli and relatively normal responses under photopic conditions were confirmed. The selective impairment of rod function was noted by the standard ERG, using scotopic red light stimuli and dim flash blue/white stimuli. Also, deterioration of the scotopic ERG was more marked than that of the 30 Hz response, which is primarily a cone response but contains some impaired central rods. This may explain the relative deterioration of the 30 Hz ERG over the years, although some degree of cone loss may also have occurred. It is hence proposed that amongst the photoreceptors, rods represent the main loss in outer retinal atrophy, although cones may also have been affected to a lesser degree.
One other factor supporting selective rod dystrophy comes from comparing the clinical findings with the anatomical distribution of rods and cones,zS,26 The central fovea, measuring about 1500 fLm across and subtending about 50 at the nodal point of the eye, consists of the highest density of cone photoreceptors. The rodfree territory is some 50�00 fLm across, corresponding roughly to the foveal avascular zone. Beyond this limit rods appear and their proportion relative to cones increases progressively, the greatest rod density over the parafoveal area and the perifoveal area being associated with a further decrease in the proportion of cones relative to rods. Our patient has indeed shown an interesting geographical correspondence with the higher rod density distribution; this is further reflected by her visual field and visual acuity. Foveal sparing has been described in a variety of diseases associated with progressive, initially extrafoveal retinal pigment epithelial atrophy, such as age-related macular degeneration; it is therefore not a unique but a rare finding in Sorsby's fundus dystrophy.
The Obviously, these findings were based on one case report of long-term follow-up. Additional research with a larger number of patients with this disorder will be required to investigate these concepts further.
We thank the patient for her patience and contribution to this paper; and the medical illustration department and the staff in the macular clinic for their efforts in different aspects of contribution.
